SUMMARY A family with hereditary non-Huntington's chorea is presented. Transmission was autosomal dominant with variable penetrance. Chorea commenced in childhood and affected predominantly the head, face and upper limbs. Dysarthria appeared later, followed in two family members by elements of an axial dystonia. There was no intellectual impairment. Unlike previously described families, symptoms progressed steadily up to the eighth decade, causing considerable physical disability.
Famial non-paroxysmal chorea without dementia is now a well-recognised clinical entity.' 4 It presents in infancy or early childhood with choreiform movements which are absent only during sleep. Intellectual development is normal, although a recent report suggests there may be some impairment of verbal skills.5 It is further distinguished from juvenile-onset Huntington's disease by the absence of rigidity, seizures or cerebellar features, but it shares with this disorder an autosomal dominant inheritance pattern. Beyond childhood, affected family members are said to progress no further, and, indeed, there may be an improvement in the severity of the chorea in adult life, thus prompting the label of "benign" familial chorea.
We report here a family in which the disease has shown undoubted progression throughout adult life, although it has not shortened the life-span of affected members: 
Discussion
The clinical features of the family under study corre- spond to those of previously described patients with hereditary chorea without dementia. Choreiform movements beginning in childhood, facial grimacing, dysarthria and the absence of cognitive impairment are all characteristic of this condition. Inheritance is nearly always autosomal dominant, as in our family, and cases described in the literature as recessively transmitted could be due to incomplete penetrance.5 Such variability in penetrance is obvious from the fact that our propositus' father must have been an obligate asymptomatic carrier. Male to male transmission in our family also helps to rule out an X-linked dominant gene. As in previous cases, investigation in our patients failed to disclose an underlying metabolic disorder.
Despite similarities with previous reports, certain distinctive features in our patients are worth noting. Firstly, the onset of symptoms appears to have been later than in previous cases, most of which presented in the first 3 years of life.' 3 6 However, considering Hereditary progressive chorea without dementia the age of our patients, it would not be surprising if their recollection of events in childhood were somewhat blurred. In the second place, there was an additional element of an axial dystonia to the overall movement disorder in JB and probably also in his brother. Dystonic posturing was not observed in patient MW. Axial dystonia has not been described in connection with familial chorea before but may have contributed, unrecognised, to the gait disturbance which is often present. It should be emphasised that the dominant feature of the movement disorder in both cases examined was that of a true chorea. Autosomal dominant dystonia with rapid jerky movements is recognised in the literature but such movements are repetitive and not choreiform in nature.
The most remarkable discrepancy with previous reports is the clear progression of the disease with time. It has been repeatedly stated that affected individuals either remain static or improve after the third decade.' 2 5 This was not the case in the third generation members of our family. Their involuntary movements became gradually more pronounced, although they remained most severe in face and hands, and the dysarthria increased. In every case, the disorder caused not only severe social embarrassment but also inability to hold down a job beyond the fourth decade of life. Dysphagia appeared late in life in the most severely affected family member and his speech became almost unintelligible. It is possible that loss of striatal neurons with age caused an acceleration of the movement disorder in late life, as has been reported in Sydenham's chorea. 7 It is therefore incorrect, in our view, to term this form of chorea "benign", since it obviously severely affected our patients' lives. We do not know whether our cases are at the extreme end of the spectrum of severity or whether, given their advanced age, they represent the "normal" endstage of the disease. Most reports in the literature are of children and young adults, whose clinical state in later life is not known. We would agree with Behan and Bone8 that the most accurate terminology is "hereditary chorea without dementia", omitting the label "benign".
This disorder remains a far less devastating disease 297 than Huntington's Chorea, as evidenced by our patients' longevity and preserved intellect. The propositus' aunt reached the age of 100 years and, as a group, our family contains the oldest described sufferers of the disease. Despite the great length of the history, there were no signs of intellectual impairment in our patients and no evidence of frontal cortical atrophy on CT scanning of the brain. Arguably, the deficit in verbal skills and abstract concept formation reported by Leli et alP in a large kindred with hereditary non-Huntington's chorea may have resulted from disrupted education. If it were a primary feature of the disease one would have expected it to progress concurrently with other symptoms and signs, and should thus have been striking in our patients.
Our attempts at controlling the involuntary movements pharmacologically met with failure. The role of the physician in these cases is limited to advice regarding prognosis, genetic counselling, speech therapy and the provision of physical aids when required to allow continued independence.
